Abstract A 67 year old woman with a two year history of laryngopharyngeal dystonia, spasmodic dysphonia, and parkinsonism succumbed to Wernicke's encephalopathy and died six months later. Necropsy showed, besides Wernicke's encephalopathy, degenerative changes in selected thalamic nuclei (dorsomedial, pulvinar, and the medial geniculate bodies) and the inferior olives and numerous cerebellar torpedoes. The substantia nigra and basal ganglia were spared. Immunostaining for prion protein was negative. This patient indicated a new type of presentation of so-called pure thalamic degeneration, or more precisely thalamo-olivary degeneration. (J Neurol Neurosurg Psychiatry 1995:59;438-441) 
Thalamic degeneration is a rare condition, the clinical manifestations of which have been variable cognitive memory and behavioural disorders.' Three types of selective thalamic degeneration have been distinguished' 2: firstly, combination with a variety of neurodegenerative3-5 and metabolic disorders such as Menke's kinky hair disease; secondly, the thalamic form of Creutzfeldt-Jakob disease2; thirdly, isolated or pure thalamic degeneration. 2 6" Now that a mutation at codon 178 of the prion protein gene has been detected in fatal familial insomnia'4 15 that used to belong to the third category,2 13 these patients may well be recategorised to the second or prion disease group despite different clinical manifestations. Therefore the patients with pure thalamic degeneration who were negative or not tested for prion protein were only seven2 6-1; among these were four Japanese and one Chinese; and two of the seven patients were familial. The thalamic involvement has been roughly selective among its divisions and there has been no patient in whom the thalamus was the only site of degeneration. Interestingly, degeneration of the inferior olives accompanied the thalamic changes not only in all the patients with pure thalamic degeneration except one7 but also in patients with prion disease. The olivary degeneration is associated with no2 6 7 or mild8-" cerebellar cortical changes; thus a trans-synaptic degeneration was unlikely. Therefore we think that the term thalamo-olivary degeneration is more appropriate to designate this condition.
We experienced such a patient with thalamo-olivary degeneration, who presented mainly with parkinsonism, dystonia, and spasmodic dysphonia.'6 '7 Our patient was the first in whom spasmodic dysphonia was one of the main features and the thalamic and inferior olivary lesions were confirmed at postmortem examination.
Case report A 67 year old independent woman ex-typist who had had a partial gastrectomy for gastric cancer at the age of 65 gradually developed gait disturbance and involuntary laryngopharyngeal movements with a component of spasmodic dysphonia over (fig 2) . The dorsomedial, pulvinar, and the medial geniculate bodies were mainly affected bilaterally (fig 3) . The anterior nuclei were mostly preserved. The superior and inferior colliculi were moderately gliotic. The inferior olives and the accessory olivary nuclei showed severe degeneration (fig 4) . Although the cerebellar cortex escaped neuron loss, there were profuse torpedoes ( fig 5) . A few Lewy bodies were seen in the pigmented brainstem neurons. Otherwise, the basal ganglia, substantia nigra, subthalamus, the rest of the brainstem, and the spinal cord were intact except for scattered microabscesses and mild gliosis. A few Alzheimer's neurofibrillary tangles were seen in the hippocampus and senile plaques or ballooned neurons were not detected. Spongy changes characteristic of Creutzfeldt-Jakob disease were not found and immunostaining for prion protein was negative. Discussion "Pure" thalamic degeneration, even in its broad sense, has been reported in only a few cases.2 $1- 14 The precise mapping of subdivisional thalamic involvement in these patients is hampered by variable nomenclature. According to the standard text of Carpenter and Sutin'9 and the schematic illustrations in the medical literature, the most consistent affected regions were dorsomedial, anterior, ventral anterior, and pulvinar. Our patient was unique both in the affected medial geniculate body, that was intact in all except one patient reported by Hori et al,'0 and the spared anterior nuclei, that were always affected in other patients described. The constant involvement of the inferior olives in pure thalamic degeneration is a peculiar finding as there is no direct functional connection between these two structures. Of related interest both in pure thalamic degeneration and in prion disease were minor cerebellar changes that included torpedoes of the Purkinje cell axons,3 11-1320 which are not specific,21 but are intriguing accompaniments.
There were patients with multiple system degeneration in which thalamic changes were Yamamoto 
